Results In addition to the well-recognised sign of downbeat nystagmus, classically associated with foramen magnum abnormalities, a number of other ophthalmic features were identified. Symptoms included diplopia, oscillopsia, tunnel vision and difficulty in lateral gaze. Signs included nystagmus (downbeat, horizontal, rotatory, and combinations), strabismus, disc pallor, anisocoria, ptosis and field defect. Patients were categorised into two groups depending on whether the ocular features were manifest at first presentation (group 1, n = 14) or developed later in the course of the disease (group 2, n = 17). The delay in diagnosis from first presentation was 5 and 6 years respectively. All patients underwent surgery.
Craniovertebral decompression was performed in 13 patients in group 1 and in 15 patients in group 2. Ventriculo-peritoneal shunt was inserted in 1 patient in group 1 and in 3 patients in group 2, for the associated hydrocephalus. Following surgery, 100% of patients in group 1 and 82% of patients in group 2 had complete or partial resolution of their ocular symptoms and signs.
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Conclusions The presence of unexplained ophthalmic features such as nystagmus or oscillopsia should alert one to the potential diagnosis of hindbrain-related syringomyelia.
Delay in diagnosis is often associated with poorer outcome. Surgical treatment can offer excellent results for these patients. 
Results

Symptoms and signs
The patients were divided into two groups: group 1 included patients who presented with ocular symptoms or signs; group 2 included patients whose original presentation was with non-ocular features but who developed ocular features as a later manifestation of the and 33 years (range 12-55 years) respectively, the mean delay in diagnosis 5 and 6 years respectively and mean follow-up periods 17.6 months (2-60 months) and 23.3 months (3-108 months) respectively in groups 1 and 2.
The ocular symptoms identified are shown in Table 1 .
Diplopia and oscillopsia were the most common, followed by subjective visual field defect, tunnel vision and non-specific symptoms including difficulty in focusing, blurred vision on lateral gaze and intermittent loss of vision. The ocular signs are shown in Table 2 and include nystagmus, strabismus, visual field loss, optic nerve abnormalities, anisocoria and a deficit in accommodation. Nystagmus was the commonest finding and in Table 3 the different types are shown. Tables 4 and   5 show the various non-ocular symptoms and signs respectively seen at presentation.
Outcome following surgery
Following surgery, 100% of patients in group 1 and 82% of patients (14) in group 2 had complete or partial resolution of their ocular symptoms and signs ( Delay in diagnosis as a factor in the failure to improve after surgery
Of the 14 patients in group 1 whose initial presenting features included ocular symptoms or signs, 7 (50%) did not go on to develop any other neurological deficit. These 
Complications
There were few complications in this series of patients.
One patient had superficial wound infection and one patient had a ventricular haemorrhage during shunt insertion. There was no mortality.
Case reports
The following cases have been selected to highlight some of the typical presentations. Craniovertebral decompression was performed but there was no immediate improvement in his ocular features.
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One year later there was total resolution of the nystagmus, the strabismus and the diplopia. Oscillopsia is very different from the visual disturbance experienced and described by some of our patients on lateral gaze. This is more difficult to explain. This manuscript in its original form was one of the last few scientific contributions that the late Bernard Williams had been working on prior to his untimely death. We remain indebted to his legacy.
